Case report
× 1 day), cyclophosphamide HLA-A2, B51, and DQW6 which are associated with autoimmune diseases.
(60 mg/kg × 1 day), melphalan (60 mg/m 2 × 1 day), and total lymph node irradiation (TLI) (600 cGy). Twenty-four Keywords: polyserositis; pericardial effusion; pleural effusion; ascites; chronic GVHD hours later, he received 3.2 × 10 8 viable T cell-depleted cells/kg from his HLA-matched sister. Depletion of T cells was done with Campath-1G, a monoclonal rat anti-human lymphocyte antibody (anti-CDW52), 0.3 g/10 6 nucleated Chronic graft-versus-host disease (cGVHD) is a pleiotropic cells, kindly supplied by Drs G Hale and H Waldman, Camsyndrome varying in the time of onset, organ system bridge University, as previously described. 4 No growth facinvolvement and rate of progression.
1-3 The clinical and tors were administered. Engraftment (ANC Ͼ 0.5 × 10 9 ) pathologic features resemble the overlapping of several colwas evident on day 17. Three months later, severe extensive lagen vascular diseases and immune dysregulation with cGVHD developed with sclerodermatous skin lesions eosinophilia, circulating autoantibodies, hypergammaglob-(confirmed by biopsy), and involvement of oral mucosa and ulinemia, and plasmacytosis of viscera and lymph nodes. [1] [2] [3] eye cornea. Bilirubin levels gradually reached 470 mol/l There is frequent involvement of the skin, liver, eyes, (n Ͻ 17), alkaline phosphatase 1890 units (n Ͻ 100), alamouth, upper respiratory tract and esophagus.
1-3 However, nine aminotransferase (ALT) 1330 units (n Ͻ 53 U), aspartinvolvement of other tissues, such as serosal surfaces, has ate amino transferase (AST) 480 units (n Ͻ 40 U) andonly rarely been described. glutamyltransferase (GTP) 1200 units (n Ͻ 40). He was We describe a late manifestation of chronic GVHD in treated with corticosteroids, ketotifen, 5 immuran, pentoxya child who developed massive pericardial effusion as a phyllin and TLI (200 cGy in four divided doses). component of severe polyserositis, including pleuritis, Twenty months post-BMT, the patient gained 3 kg, ascites and polyarthritis, 20 months following allogeneic started complaining of dyspnea, and had slight abdominal bone marrow transplantation (BMT). distension and tenderness. He was tachypneaic and tachycardic. The heart sounds were slightly weak with pulsus paradoxus. Chest examination revealed bilateral dullness on percussion and decreased air entry on both sides. ECG showed low QRS complexes with flattening of T waves.
Echogram demonstrated a massive pericardial effusion with
Although the pericardial effusion dominated the clinical picture, our patient also had pleural effusions, ascites, and synovial effusions. Since cGVHD shows so many features of autoimmune diseases including progressive systemic sclerosis, systemic lupus erythematosis, lichen planus, Sjogren's syndrome, eosinophilic fascitis, rheumatoid arthritis, and primary biliary cirrhosis, it is quite surprising that the incidence of polyserositis is so low. Actually, most of the cases reported are historical. [1] [2] [3] 6 Undoubtedly, more adequate prevention, earlier recognition, and aggressive treatment has changed the presentation of GVHD. Hence, apparent serosal involvement with effusions in patients with extensive chronic GVHD has been reported to have decreased over the past 5 years.
1,2
A few cases of pleuropericardial effusion are described in the context of cGVHD. Shulman et al 3 described the occurrence of pericardial (one patient) and pleural (three 2% of cGVHD patients post-BMT, however, no specific details were given regarding these patients. Tamura et al 8 reported a case of pericarditis preceding cold agglutinin disrevealed a moderate content of ascitic fluid. A normal flow in the portal vein was documented by Doppler examination.
ease following allogeneic bone marrow transplantation. The only recent report regarding polyserositis post-BMT The major joints including the elbows, knees, and ankles, which were stiff due to skin GVHD became warm, red, is by Seber et al, 9 who evaluated seven patients presenting with large recurrent sterile serosal effusions following alloswollen and painful, suggesting arthritis, later evolving to severely deformed contractures. Fluid was drained from the geneic BMT. Many important differences exist between these cases and our case. Four of them were transplanted pericardium, pleural space, and joints. The pericardial fluid had exudative characteristics with fluid/serum lactic from unrelated patients. In six of them, the effusions occurred before day 100, as part of active acute GVHD, dehydrogenase (LDH) ratio of 0.64 and fluid/serum albumin levels of 0.68. Glucose level was 6 mmol/l, protein and five suffered from cytomegalovirus (CMV) disease.
Only three patients had a pericardial effusion and none had 4 g/dl, WBC 350 cells/mm 3 with no malignant cells. Cultures for bacteria, fungi, tuberculosis, and viruses were all synovial effusions. Most of these patients had pulmonary infiltrates as part of their chronic GVHD, CMV, or infecnegative. Anti-nuclear factor (ANF) speckled was high (3/4), latex fixation test was 1:40, and Rose Waller test was tion with some other pathogen. Hemorrhagic cystitis, not evident in our case, was observed in five out of the seven 1:8. The pleural and synovial fluids had similar characteristics. The patient also developed a positive speckled ANF patients, and may suggest a viral etiology. Lastly, the effusion in our patient had exudative and not transudative in his peripheral blood. Anti-mitochondrial and antismooth-muscle antibodies were negative. He was treated features. Hence, the premorbid conditions in our case were milder, even though he developed a more severe form of with corticosteroids and partially responded with a decrease in fluid content in all involved sites.
pericardial effusion as a part of the polyserositis. Of note is the patient's HLA combination which is typiNevertheless, within the following months, the patient's condition deteriorated. He suffered from a few episodes of cal for some collagen vascular or autoimmune diseases. Behcet's disease is associated with the HLA-B51 antigen.
10 polybacterial bacteremia, and ultimately succumbed to his disease due to pseudomonas and stapylococcus sepsis 25 Systemic lupus erythematosus with DQW6, 11 and rheumatoid arthritis with A2.
12,13 It may be suggested that a patient months post-BMT. Post-mortem was not performed due to lack of family consent.
with such an HLA combination may be more prone to extensive autoimmune-like disease. We conclude that pericardial involvement is a rare, lateonset manifestation of cGVHD which may also affect other Discussion serosa. The effusions, which may be transudates or exudates, are sterile and contain no malignant cells. We describe a child with a huge pericardial effusion 20 months post-BMT for ALL. Pericardial effusions as solitary phenomena have previously been reported following BMT, not necessarily in the context of cGVHD. Isolated pericarReferences dial effusion has been reported with conventional doses of cyclophosphamide and TBI within the first week of con-1 Sullivan KM, Shulman HM, Storb R et al. Chronic graft-verditioning, 6 or associated with leukemia relapse. 7 In our sus-host disease in 52 patients: adverse natural course and sucpatient, the effusion occurred 20 months after cyclophoscessful treatment with combination immunosuppression.
phamide therapy and fluids were negative for malignant Blood 1981; 57: 267-276.
